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able online.
24-year-old Nigerian woman, resident in the United
Kingdom, collapsed on a plane but quickly recov-
ered with basic resuscitation and oxygen. She ar-
rived safely in Nigeria, did not seek medical advice,
nd enjoyed her holiday. On returning to the United Kingdom, she
ad 2 admissions to the Accident & Emergency division of Guy’s
ospital 6 weeks apart.
On initial presentation with dyspnea and pleuritic chest pain,
he was found to have reduced air entry on the left and, after a
hest radiograph, was treated for primary spontaneous pneumo-
horax (needle thoracocentesis) before discharge. On representa-
ion and further radiography, she underwent formal chest drainage,
hich was stopped 5 days later because of apparent improvement.
o radiograph was obtained after drain removal.
At this point, she was referred to our unit with a diagnosis of
ecurrent spontaneous pneumothorax for consideration of video-
ssisted thoracoscopy.
In the surgical clinic she told us that she had been given a
iagnosis of asthma, but what she described was exertional dys-
nea. She was a nonsmoker.
On review of her radiographs (Figure 1), we were suspicious
hat they were more consistent with giant bullous disease than
rimary spontaneous pneumothorax. Computed tomographic scan-
ing (Figures 2, E1, and E2) revealed an unexpected and extremely
are cause for her presentation. A senior radiologist reported mul-
iple cystic lesions (consistent with congenital cystic adenomatoid
alformation [CCAM]) and interpreted that they were largely
eplacing the lower lobe. The remaining lung was significantly
ompressed. After discussion, we planned for left lower lobectomy
nd possible upper lobe resection, depending on intraoperative
ndings.
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The Journal of ThoracicAt thoracotomy, we found
ultiple, thick-walled, gelati-
ous cystic lesions occupying
he left hemithorax. Surpris-
ngly, these appeared to be
riginating within the fissure
nd had not replaced the lobe
tself. Fortunately, this was
ppreciated before any ves-
els were divided. At the conclusion of dissection, both lobes
einflated and appeared macroscopically normal. Despite a small
ir leak, she had a good recovery. During an outpatient visit 3
eeks later, she reported a considerable improvement in her symp-
oms. Histopathology confirmed type II CCAM.
CCAM was first described in 1949. It is a developmental
amartomatous abnormality of the lung with adenomatoid cyst
roliferation.1
It is believed to result from aberrant embryogenesis at or before
he seventh gestational week, producing adenomatous proliferation
f the terminal bronchioles and cystic distortion of the lung archi-
ecture. Blood supply is through the pulmonary circulation.
The cause of CCAM is unknown, but the condition nearly
lways presents prenatally (incidentally picked up on prenatal
ltrasonography) or within the first year of life, manifesting as
espiratory distress in neonates or recurrent infections in older
hildren.2
Adult presentation of CCAM is very rare, with few cases
ocumented in the literature.3-5 Mildly affected individuals can
emain asymptomatic, with the disease even being diagnosed post-
ortem in elderly patients who have died from an unrelated
llness.
The Stocker classification subdivides CCAM according to the
ize of the cysts and other histologic criteria:
● Type 1: one or more cysts (2-10 cm diameter) with muci-
nogenic differentiation. This is the most common form.
● Type 2: Smaller cysts (classically 0.5-2 cm) lined by cuboid
or columnar epithelium.
● Type 3: Microscopic adenomatoid cysts. These macroscop-
ically might appear to be a solid mass.
The prognosis of CCAM is very variable. Overall mortality is
uoted at 25% to 30% but might approach 100% in severely
ffected individuals without treatment. There is a spectrum of
everity through to the asymptomatic adult. Type 3 CCAM carries
he worst prognosis but fortunately is the least common.1
Treatment is primarily surgical, and although some specialist
enters are now undertaking fetal surgery (predominantly indi-
ated for those with hydrops fetalis), most documented postnatal
ntervention has centered around lung resection (in the form of
Dr Daviesobectomy/pneumonectomy) to re
and Cardiovascular Surgery ●move the lesion and relieve com-
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1ression of the residual lung. This initially appeared to be merited
n the basis of radiologic imaging.
The advantage of surgical intervention is that it also prevents
he development of secondary complications of CCAM, namely
emorrhage and recurrent infection, and the development of ma-
ignancy.2 Rhabdomyosarcomas, pulmonary blastomas, bronchi-
loalveolar carcinomas, and squamous cell carcinomas have all
een described.
CCAM (especially type 2 CCAM, as in this case) is associated
ith other congenital anomalies predominantly affecting the renal,
astrointestinal, and cardiac systems. It is important that such
atients be routinely screened to anticipate any further problems
igure 1. Chest x-ray demonstrating multiple cystic lesions con-
istent with CCAM. CCAM, congenital cystic adenomatoid
alformation.efore they manifest clinically.
5
494 The Journal of Thoracic and Cardiovascular Surgery ● DecThis case highlights a rare presentation of CCAM in an adult.
t is also testament to the fact that unusual conditions should be
anaged on an individual basis because premeditated lobectomy
the treatment of choice for previously documented cases of
CAM and merited on imaging) would have resulted in an un-
ecessary lung resection in this patient.
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Brief CommunicationsFigure E1. Coronal computed to mogram showing extensive replacement of left lung with cystic lesions.
Figure E2. Sagittal chest computed tomogram demonstrating some residual upper and lower lobe lung
parenchyma.
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